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linical history
.K.,  an  11  year-old  boy  with  no  particular  history  of
athology,  presented  with  chronic  craniofacial  pain  causing
nsomnia,  and  resistant  to  class  I  and  II  analgesics.  Clinical
xamination  was  normal.  Radiologic  exploration  was  per-
ormed  by  CT  (Figs.  1  and  2)  followed  by  MRI  (Fig.  3).
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What  is  your  diagnosis?
What  treatment  do  you  recommend?37
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his  is  a  sphenoid  mucocele  with  associated  craniofacial
broid  dysplasia.  CT  showed  a  6-cm  liquid  area  in  the
ight  sphenoid  sinus  and  infratemporal  fossa  with  skull-
ase  lysis  and  several  sites  of  hypertrophic  bone  with  a
rosted-glass  aspect  characteristic  of  ﬁbrous  dysplasia  of  the
kull  base  and  facial  bone  structure  (Figs.  1  and  2).  MRI
onﬁrmed  the  inﬂammatory  liquid  nature  of  the  effusion
hypersignal  on  T2-weighted  image)  and  ruled  out  a  diagno-
is  of  meningocele  (Fig.  3).  The  mucocele  was  marsupialized
nder  endonasal  endoscopy.  No  surgery  was  performed  on
he  dysplastic  bone  lesions,  as  these  were  without  functional
r  esthetic  impact.  On  immediate  postoperative  examina-
ion,  pain,  probably  due  to  irritation  of  the  meninges  and/or
erve-V  branches  in  the  pterygomaxillary  fossa,  had  com-
letely  resolved.  At  2  years’  follow-up,  there  had  been  no
ecurrence,  and  the  dysplastic  ﬁbrous  lesions  remained  sta-
le.
Fibrous  dysplasia  is  a  rare  benign  condition,  of  unknown
athogenesis;  17%  of  osseous  locations  are  craniofacial  [1].
t  is  thought  to  be  due  to  dysfunction  of  the  osteogenic
esenchyma,  with  conjunctive  tissue  containing  a vari-
ble  amount  of  ﬁbroblasts  and  collagen  ﬁber  and  elevated
steoclastic  activity.  It  is  characterized  by  inﬂammation
ssociated  with  hemorrhagic  or  cystic  remodeling.  Sphe-
oid  involvement  is  found  in  19%  of  cases.  An  association
f  sphenoid  mucocele  with  ﬁbrous  dysplasia  is  exceptional
2].  The  frontal  sinus  is  more  often  involved  than  the  other
acial  sinuses  [3].  Little  is  known  as  to  mucocele  etiopathol-
gy;  several  hypotheses  have  been  put  forward:  mechanical,
nﬂammatory,  infectious,  etc.  The  mechanical  theory  seems
he  most  plausible  in  the  present  case,  in  which  the
one  dysplasia  lesions  probably  induced  ostial  obstruction.
phenoid  mucocele  shows  varied  symptomatology  [4].  Cra-
iofacial  pain,  due  to  compression  or  inﬂammatory  irritation
f  neighboring  organs,  is  the  most  frequent  sign.  Ophthalmo-
ogic  signs  are  mainly  exophthalmia,  impaired  visual  acuity
nd  nerve  paralysis.  There  may  be  hypophyseal  endocrine
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anifestations  in  case  of  sellar  extension.  Rhinologic  symp-
oms  are  often  slight  or  absent.  On  CT,  the  mucocele  is  seen
s  a  lytic  liquid  opacity  of  the  entire  sphenoid.  The  ﬁbrous
ysplasia  is  seen  as  hypodense  ‘‘frosted-glass’’  bone  hyper-
rophy.  MRI  provides  better  analysis  of  sphenoid  mucocele,
otably  in  terms  of  orbital,  cranial  and  infratemporal  exten-
ion,  and  can  also  serve  to  rule  out  suspected  meningocele,
hether  isolated  or  associated  [1,4]. It  is  essential  to  dis-
inguish  between  the  cystic  sacs  inside  the  dysplastic  bone
nd  the  mucocele  itself,  as  therapy  is  not  the  same  [1]:
brous  dysplasia  pseudocysts  show  up  on  CT  as  tissue  gaps
ith  few  bone  trabeculae  and  slight  contrast  uptake;  sphe-
oid  sinus  involvement  is  only  partial,  unlike  in  the  case  of
ucocele.  Endonasal  endoscopic  marsupialization  offers  a
imple  and  effective  minimally  invasive  solution.  The  dys-
lasia  sites  are  to  be  treated  only  in  case  of  esthetic  or
unctional  impact.  Medical  treatment  by  biphosphonates  is
ot  systematic  [1—4]. Surveillance  should  be  prolonged  in
uch  patients,  whose  evolution  is  unpredictable.
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